Acne keloidalis nuchae (AKN) / folliculitis keloidalis nuchae (FKN) is a chronic inflammatory condition which involves hair follicles localized predominantly in occipital scalp and posterior neck area leading to hypertrophic scarring alopecia. We present a 59-year-old factory worker, Caucasian male with a whitish alopecic oval plaque about 10 cm in diameter in the occipital region. The peripheral part of plaque was mildly inflammated, with groups of tufted terminal hairs, while the central part showed cicatricial alopecia and discrete non-adherent dry scales. Skin changes firstly occurred 6 years earlier, as itchy papules and pustules that sometimes healed with scarring. The applied relevant diagnostic and therapeutical measures are discussed in this report.
Introduction
Acne keloidalis nuchae (AKN) /folliculitis keloidalis nuchae (FKN) is a chronic inflammatory condition which involves hair follicles predominantly localized in occipital scalp and posterior neck area leading to hypertrophic scarring alopecia. The disorder was first described in 1869 by Kaposi, who called it "dermatitis papillaris capillitii" (1). The term "acne keloidalis nuchae" was coined by Bazini in 1872 (2) . AKN is the most prevalent in Afican American population, but it is also frequently observed among Hispanic and Asian men. However, it is rarely observed among Caucasian men (3, 4) . AKN usually occurs in people aged 14-25 years and mostly affects males, with male-female ratio of approximately 20:1 (5, 6) .
Case report
We present a 59-year-old, factory worker, Caucasian male with a whitish alopetic oval plaque about 10 cm in diameter in the occipital region. The peripheral part of plaque was mildly inflammated, with groups of tufted terminal hairs, while the central part showed cicatricial alopecia and discrete non-adherent dry scales (Figure 1 ). Skin changes started Figure 1 . Clinical presentation of alopecic oval plaque in occipitial region 6 years earlier, as itchy papules and pustules that sometimes healed with scarring. For many years he had a short haircut. Short courses of oral antibiotics combined with topical antiseptic were administered on several occasions over the years. All relevant clinical and laboratory findings were within normal limits, except for slightly elevated bilirubin, higher sedimentation rate and BMI > 30. Biopsy was performed to exclude other causes of cicatricial alopecia (eg discoid lupus erythematosus, cicatricial lichen), confirming chronic inflammatory plasmocytic infiltrate with scarring, sparing the distal third of the follicle. Since the inflammation was under control with topical antiseptics and the process was contained, the patient was referred to a plastic surgeon.
Pathohistological analysis of the excised plaque showed hyperkeratotic epidermis with focal parakeratosis, perivascular chronic inflammatory infiltration with plasma cells, neutrophilic granulocytes and giant granulomatous cells, (Figure 2 ) without infiltrating the distal one-third of hair follicles. The significant fibrosis of dermis was also present (Figure 3) .
Seven months after surgical procedure was performed, the patient was in remission with satisfactory cosmetic outcome (Figure 4 ).
Discussion
The cause of acne keloidalis is still unknown, but the suggested etiologies include different predisposing factors such as close shaving of the neck, constant irritation from collars or athletic gear, chronic low-grade bacterial infections, an autoimmune process, use of antiepileptic drugs or cyclosporine or an increased number of mast cells in the occipital region like those descibed in skin of African American population (7) . Acne keloidalis nuchae occurs predominantly in males, suggesting that androgens may be a factor which contributes directly or indirectly. This disease rarely begins before puberty and it also seldom develops after the age of 55 (8) .
Acne keloidalis usually starts with pruritus or mild irritation a few hours or days after a haircut or after wearing headwear sports gear. The disease is characterized by development of follicular papules or pustules on the nape of the neck below the hair line, and rarely extends upwards into the scalp. Pruritus, pain, and contact bleeding are common in active lesions. Pruritus sets up a cycle of itch, scratch, irritation and inflammation. Secondary bacterial infection, usually caused by Staphylococcus aureus, is frequent and can lead to pustules, sinuses and abscesses. Recurrence of this form of folliculitis leads to patchy scars, which can enlarge and form keloids. The scars are without hairs, however, multiple hair shafts emerged from a single follicular opening can form a look of tufted hairs. Inflammation begins in the upper one-third of the hair follicles. Crusting and excoriation may be evident (9) . In advanced or severe cases, disfiguring tumor-like masses, abcesses and pus-exuding sinus tracks may be present (10, 11) .
The histological examination depends on the duration and activity of the lesion. Initially, inflammatory infiltration is composed of neutrophils and lymphocytes, to predominantly plasma cells (12) . In more chronic lesions, follicles and sebaceous glands are destroyed with fragments of naked hair shafts surrounded by granulomatous inflammation and dermal fibrosis. Collagen fibers are like those in hypertrophic scarring rather than those in real keloids. Also, histopathological examination can reveal different stages of inflammation in one lesion (13) .
Diagnosis is usually clinical and biopsy is performed to exclude other conditions and dermatoses, such as tinea capitis, lichen planopilaris, hidradentitis supurativa, follicular cutaneous t-cell lymphoma, etc. (9) . Dermoscopy can also be a useful aid to the clinical diagnosis, especially in detecting the early signs of perifollicular fibrosis (14, 15) .
The first step in management is education and prevention, avoiding short haircuts and wearing helmets or hats, and avoiding picking, rubbing, scratching the affected area. Mild to moderate cases can be treated with potent or ultrapotent topical corticosteroids, alone or in combination with topical/oral antiobiotics or topical/oral retinoids (10) . Re-cently it has been shown that targeted ultraviolet B phototherapy can be usefull to improve the clinical appearance of the lesions (16) . Intralesional corticosteroids should be considered for a resistant cases and for the treatment of keloidal scarring (10) . Laser therapy should be considered for the hair removal and/or softening of the keloidal plaques (17, 18) . Several authors have reported that laser hair removal is an option to prevent relapsing folliculitis (13) . If pustules and draining sinuses are present and bacterial culture is positive, oral antibiotics should be administered in addition to topical antibiotics (19) . Surgical excision is the cornerstone of the management for extensive plaques and tumor-like masses (9, 11 ). An alternative surgical approach includes electrosurgery and cryosurgery. Electrosurgery allows for excision of the lesion with simultaneous coagulation of small vessels, however, cryosurgery provides varied responses to lesions, though it may be best suited for more vascular lesions (20, 21) .
Radiotherapy should be reserved for the most severe and refractory cases, considering the side effects of such treatment (20) .
